NEUROMUSCULAR disorders of the lower cesophagus have been described under a variety of clinical names, some commonplace and others less well known. It is essential to have a clear concept of the disease we are dealing with, because in none of these can a specific organic cause be demonstrated. Indeed, it is the absence of an obvious organic lesion that is the most important factor in the definition of this syndrome.
Achalasia cardia is the term we use in preference to the word Cardiospasm as first used by Von Mikulicz (I882). In this condition there is a functional derangement of the mechanism of swallowing confined to the lower portion of the cesophagus where no obvious mechanical cause can be demonstrated by endoscopy. The term 'Cardiospasm ' as used by Von Mikulicz rather tends to convey the impression of a spastic segment as being the major cause of the obstruction. On the contrary spasm is not a prominent feature of classical achalasia cardia, which can be demonstrated both by endoscopy and pressure manometry.
At this point we must divert our minds to the study of peristaltic waves and intraluminal pressure changes that occur in a normal cesophagus during the act of swallowing. Primary peristaltic waves initiated by the act of swallowing are followed by secondary peristaltic waves, due to mechanical distention of the cesophagus by the bolus of food. These waves pass downwards to the region of the physiological sphincter at the lower reaches of the cesophagus where there is normally a state of increased tone, but not actually amounting to spasm. Under normal conditions this zone relaxes when the peristaltic waves reach it (Ingelfinger, I960) .
In achalasia, peristaltic waves are present in the lower oesophagus but they are of lesser amplitude than normal, and are not followed by a decrease in tone of the lower ' 
Comment
Case i: We have been unable to trace any case of achalasia in the literature that was younger than our patient (6 months). This was an undoubted case of achalasia, which was in a desperate condition prior to surgery. It is interesting to note that the achalasia was associated with neuro-muscular incoordination of the rectal region as shown on radiological examination and it would appear that in this case the neuro-muscular dysfunction was generalized.
Case 2 is another example of achalasia in a very young child. This case was first seen clinically at the age of 2 years and 9 months, but the symptoms had been present at the age of 9 months. Surgical treatment became imperative at the age of 4 years and 8 months. This case illustrates the two methods of treatment commonly practiseddilatation of the csophagus with a Negus bag or Heller's operation (Heller, 1914) .
We have not been convinced of the efficacy of dilatation as a final curative method of treatment.
Lawrence and Shoesmith (I959), in reviewing the treatment of cardiospasm, state that the failure rate after Negus dilatation was 8.2%.
Allison (I950) recommended dilatation except in special groups. It is not possible to conceive that dilatation with a Negus bag could effectively split all the muscular fibres of the lower cesophagus. Heller (19I4) stressed the need for a complete myotomy and advocated a double incision for this purpose. Recurrence after an incomplete operation is common, and is commoner with the abdominal approach than with the thoracic approach where a longer and more complete myotomy is possible (Douglas and Nicholson, 1959) . The myotomy to be effective should extend from the upper i in. of the stomach to the inferior pulmonary vein. We do not believe that this could be duplicated by any form of dilatation. The single long myotomy with complete division of all muscle obviates the necessity for the double myotomy advocated by Heller (1914 one was associated with gross herniation of the stomach through the diaphragm. There were also multiple hernic of the umbilical and inguinal regions in the same case.
Case Report-3 A female, aged three years, was admitted in September 1956. From the age of nine months she had regurgitation and vomiting of food, with frequent attacks of belching. Three months later umbilical and inguinal lumps appeared. The regurgitation and vomiting had been progressive over the subsequent two years. On examination there was severe emaciation. There were bilateral inguinal and umbilical hernie'which were reducible.
There was a valgus deformity of the foot (Fig. 3a) . Radiological examination showed a large para-cesophageal hiatus hemia of the stomach with a dilated cesophagus (Fig. 3b) . The child was operated on on I7.9.56 at which repair of the diaphragmatic hemia and Heller's operation were done. The inguinal and umbilical hemiae were repaired on 4.IO.S6. The post-operative course was uneventful except for temporary recurrence of symptoms eight months later which responded to dilatation. Review four and a half years later showed no recurrence of symptoms.
In this child multiple congenital defects were The distribution of the muscular thickening is not constant nor is it confined to any particular layer whether circular or longitudinal. Table 2 illustrates the distribution.
The friability of the muscle is variable; in the Symptomatology (See Table 4) The commonest symptoms were regurgitation and a sense of obstruction. Pain was recorded in 14 cases but was not severe and was not the presenting symptom. (Fig. 5) .
age was 43 The sex Comment authors.
In this condition, hyperactivity and spasticity are contrasted with the motor failure and inactivity of classical achalasia. In the three cases in our series pain was not a prominent symptom. active peristalsis (Fig. 7) . Pain is not invariably present as shown in our series.The only differentiating point appears to be the widespread zone of increased intraluminal pressure.
Megacesophagus Purton (I82I) described the first 'case' of megaesophagus when the cesophagus formed a sac extending 2 in. below the pharynx to the cardiac group.bmj.com on November 6, 2017 -Published by http://pmj.bmj.com/ Downloaded from orifice of the stomach. In this case the disease was of 20 years' duration and the patient ultimately died of inanition at the age of 43. The esophagus at autopsy contained two quarts of fluid.
In our series of 32 cases, eight cases were of megacesophagus where the dilatation was gross and extended from the pharynx to the cardia. Of these eight, four were in children aged 3, 4, II and 13 years. a The duration of symptoms varied from one year three months to 20 years. The average duration was, however, about two years.
Treatment
The treatment of the grossly dilated and often ulcerated cesophagus presents a formidable problem to the clinician. The inert sac contains a vast quantity of stagnant secretion that spills over into the lungs causing aspiration pneumonia (Fig. 6) Ulceration of the dilated cesophagus may cause severe bleeding, and was the cause of death in the only fatality in this series.
Case A male, aged 53 years, was admitted on 29.6.60 with a history of dysphagia for solids and liquids and regurgitation of food of IS years' duration. He had excessive salivation and occasional pain on the right side of chest. He had to sleep propped up to prevent regurgitation of food. CEsophagoscopy showed a grossly dilated and ulcerated cesophagus. In view of the grossly dilated and thinned-out cesophageal wall, a pharyngo-jejunostomy was done. Post-operatively, severe uncontrollable bleeding occurred from the veins in the wall of the dilated cesophagus and the patient expired 48 hours after operation.
Hypertensive Gastro-CEsophageal Sphincter
This is a subdivision of recent origin which may manifest itself as a normal-sized cesophagus but with excessive spasm in the region of the sphincter as demonstrated by manometry. Two cases in our series fitted this category. One followed trauma.
Case A female, aged 24 years, was admitted on 30.3.6I with a history of vomiting after meals of eight months' duration. Vomiting occurred 5-IO min. after the meal was eaten. The vomiting had increased gradually and on admission she used to vomit even fluids. 
